Abstract
Abstract
Anaplastic large cell lymphoma (ALCL) designates a heterogeneous group of CD30 + (systemic or primary cutaneous) peripheral T-cell lymphomas (PTCL). A subgroup of systemic ALCL is transformed by anaplastic lymphoma kinase (ALK).
We compared 24 
Material and methods
We have studied the expression of T-cell receptors (TCR) αβ (βF1; Serotec, NC, Twenty-two not otherwise specified PTCL (PTCL-NOS) and seven angioimmunoblastic T-cell lymphomas (AILT) were studied in comparison.
Immunophenotypes were compared by χ² tests or Spearman's rank correlation (ZAP-70) using Statistica for Windows ® (Statsoft GmbH, Hamburg, Germany) to adopt the comparison to the scales used.
Results and Discussion
Only two of 46 ALCL (4%) expressed the TCRβ chain on tumor cells ( Figure 1 , Table   1 ) and all were negative for TCRδ and the NK-cell receptor CD94. In both βF1 + cases, TCRβ expression was restricted to a subpopulation of the tumor cells.
By contrast, TCR molecules were detected in 20/22 PTCL-NOS and in 7/7 AILT.
CD3 molecules are associated with the TCR and transduce the signal of TCR engagement to ZAP-70, a TCR-associated tyrosine kinase that integrates cognate and costimulatory signals to guide downstream signaling 5, 6 . CD3 was lacking in all but one systemic ALK1 + ALCL and in 40% of ALK1 -systemic ALCL in our study. In most other cases, its expression was restricted to a subset of the tumor cells and much weaker than in accompanying small T-cells. Mutations in coding or regulatory regions of the gene or a lack of TCR-specific transcription factors may thus underlie the defective TCR expression, i.e.
mechanisms that have been implied to explain the lacking immunoglobulin expression in Hodgkin lymphoma 18, 19 . Alternatively, post-transcriptional mechanisms affecting RNA processing or protein stability are also conceivable, as described recently for the defective TCRβ protein expression in GATA-3-deficient murine thymocytes 20 .
While the effects of ALK overexpression are well studied, the exact mechanism of transformation in ALK -cases is still unknown 3 . ALK mediates mitogenicity via 
